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Subacute sderosing panencephalitis pre-
senting as transient homonymous
hemianopia
Sir: Disburbance of visual function is a well
recognised feature of subacute sclerosing
panencephalitis (SSPE),' I a disease
thought to be due to persistent infection of
the central nervous system with measles
virus.3 The case described here is remark-
able in that a transient homonymous
hemianopia was the presenting feature of
the disease, and was followed by an asymp-
tomatic period of nearly two years before
the onset of other features.
A 19-year-old man had a normal birth
and developmental milestones, but had
been slightly backward at school. Clinical
measles occurred at the age of four years.
He was the third of four children. He was
completely well until January 1980 (aged
17 years) when he noticed that he tended
to bump into objects on the left side. He
was found to have a complete left
homonymous hemianopia without other
abnormalities. A CT brain scan was normal
and an EEG showed some right occipital
slow waves. Within six weeks the
hemianopia had completely resolved.
He remained asymptomatic until
November 1981 when his parents noticed a
personality change; he became withdrawn,
depressed and showed an aversion to loud
noises. His vision rapidly deteriorated and
he frequently bumped into furniture and
doors. Positive findings in December 1981
were inappropriate behaviour, poverty of
speech, severe loss of visual acuity, bilat-
eral grasp reflexes in the hands, and clum-
siness of all limbs. He continued to
deteriorate and by January 1982 hardly
spoke, his right arm was held in a fixed
rigid position and he developed myoclonic
jerking of the right arm and leg. By March
1982 he had become mute, bed-bound and
incontinent of urine and faeces. He lay in
bed mute without any response to verbal or
painful stimuli. The optic fundi were nor-
mal but he appeared to be completely
blind. He had roving eye movements in all
directions of gaze. All limbs were spastic,
especially those on the right side. Myo-
clonic movements of the right arm and leg
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occurred every three or four seconds C GARDNER-THORPEt
associated with eye blinking. All tendon RS KOCEN*
reflexes were pathologically brisk with *Department ofNeurology,
bilateral extensor plantar responses. National Hospital for Nervous Diseases,
EEG showed stereotyped repetitive slow Queen Square, London WCIN 3BG
wave disturbances which were linked in tDepartment of Neurology,
time to the myoclonic jerks, characteristic Royal devon and Exeter Hospital
of SSPE. CT scan showed areas of poorly (Wonford),
defined low attenuation in white matter of Barrack Road, Exeter EX2 SDW
both frontal lobes, the left temporal horn
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(CSF) analysis revealed protein 690 mg/I;
normal IgG concentration and oligoclonal
bands were detected on polyacrylamide gel
electrophoresis. Measles antibody titres
(complement fixation test) were raised in References
the CSF (1:64) and serum (1:1024).
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This patient developed classical clinical neurology. Amsterdam, North-Holland.
features of SSPE with progression from the 1978:343-68.
stage of insidious personality change to 3Leading Article: Subacute sclerosing panen-
that of visual failure, pyramidal rigidity cephalitis. Br Med J 1979;2:1096.
with myoclonic jerking of the limbs, pro- 4Cobb WA, Morgan-Hughes JA. Non-fatal sub-
ceeding to a state of mutism, incontinence acute sclerosing leucoencephalitis. J Neurol
and complete paralysis. There was a history Neurosurg Psychiatry 1968;31:115-23.
of measles infection in childhood. The Kennedy C. A ten year experience with sub-O of SSPE at the age of 17 years is later acute sclerosing panencephalitis. Neurologyonset of SSPE at the age of 17 years is later (Minneap) 1968;18:58-9.
than usual although well recognised.1 The 6 Osetowska E. Note prdliminaire sur la topog-
investigations were typical of those found raphie des lesions c6rdbrales dans la
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same illness, especially in view of the fact
that his initial visual symptoms in Sagittal sinus thrombosis and
November 1981 were very similar to those occult malignancy
which had occurred nearly two years previ- Sir: We describe a patient with sinus
ously. As far as we are aware, the presenta- thrombosis diagnosed in life, the cause at
tion of SSPE with transient homonymous necropsy being intravascular metastases
hemianopia has not been described previ- from a carcinoma of the gall bladder. In
ously, and the delay of nearly two years contrast to previously reported cases, there
between the onset of the hemianopia and was no manifestation of malignancy in life.
the subsequent development of classical A lady, aged 58 years, had been treated in
SSPE symptoms is remarkable. The disease 1972 with radio-iodine for thyrotoxicosis.
is usually fatal within one or two years of The proptosis present at the time did not
clinical onset,3 although some patients have resolve. In 1980 she presented with a two
survived for much longer periods.45 The month history of headache, temporal pain
total duration of this patient's illness is not and malaise. She was admitted to her
yet known. In this case the visual loss which District General Hospital where, over a
occurred subsequently was probably due to week, she became drowsy, confused and
cortical blindness, which is consistent with complained of double vision. An isotope
observations that neuronal loss in SSPE is brain scan suggested a subdural collection
very marked in the occipital lobes.6 If this and she was transferred to the regional
pathological process had indeed occurred neurology unit on dexamethasone therapy.
at the onset of the illness in January 1980, At transfer she appeared pale and unwell.
it remains unclear why it should have been The blood pressure was 210/90, there was a
arrested for a period as long as two years. soft systolic ejection murmur at the left
PGE KENNEDY* sternal edge without radiation or signs of
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endocarditis. She was clinically euthyroid,
had bilateral proptosis, sixth nerve palsy
and papilloedema. Hearing was reduced by
a bilateral conductive defect. There was no
pyramidal signs and there was no menin-
gism. After four days, hypoaesthesia to
light touch and pin prick was noted on the
lower lip. The proptosis became worse,
periorbital oedema and chemosis appeared
bilaterally. She developed a flaccid left
hemiparesis, bilateral extensor plantar re-
sponses and continued to deteriorate,
bleeding from venepuncture sites; she died
on the tenth day of admission.
Serial blood cultures were sterile, sero-
logy normal, ESR raised at 70 mm/h and
temporal artery biopsy normal. Left ven-
tricular hypertrophy was evident on the
ECG; radiographs showed a small left
pleural effusion and generalised degen-
erative changes of the spine on skeletal
survey. Cranial computed tomography
demonstrated an old frontal lobe infarction
and no evidence of a subdural collection.
The cerebrospinal fluid was under increased
pressure at 280 mm and was clear. The cell
count, electrophoresis and cytocentrifuge
were normal and the protein 48 g/l. Cavern-
ous sinus thrombosis and possibly sagittal
sinus thrombosis was suspected but
angiography could not be performed be-
cause of disseminated intravascular
coagulation.
At necropsy the dura was inflamed and
densely adherent to the skull. The sagittal
sinus was thrombosed and the carotid
arteries inflamed in the cavernous sinus.
Anaplastic cell nests were present in the
artery walls, in the organising thrombus in
the sagittal sinus and in the sphenoidal
sinuses. Tumour was also present in the
pontine veins. The gall bladder wall was
thickened and haemorrhagic; the capillaries
were packed with anaplastic tumour. Simi-
lar changes were seen in the liver, pancreas
and para-aortic lymph nodes. The cells were
of biliary origin and the primary site thought
to be gall bladder.
Sagittal sinus thrombosis may be asso-
ciated with infection, dehydration, head
injury, leukaemia, malignancy and
obstetric problems such as abruptic
placentae. ' As in this case headache,
papilloedema, opthalmoplegia and paraes-
thesiae suggest the diagnosis. Additional
features include nausea, vomiting, convul-
sions, hemiparesis, paraparesis, visual field
defects and nuchal rigidity.2 The cerebro-
spinal fluid is under increased pressure and
contains excess protein and a raised white
cell count. The peripheral white cell count is
often raised.3 CT scanning may be
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